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In 1964 Sotos et all described five children with (1) large body size and early accelerated growth, (2) acromegaloid features, (3) advanced bone age, and (4) developmental delay and a non-progressive neurological disorder. Since this report over 200 further cases have been described, many with additional observations. Inclusion of new features into the clinical spectrum of Sotos syndrome has made it difficult to determine the minimal diagnostic criteria and the syndrome's phenotypic variation. Until reliable diagnostic criteria are available the incidence is likely to remain unknown.
Clinical features

GROWTH
The children tend to be large at birth, especially in length (table 1) , and to show accelerated growth, particularly during the first five years.2 Thereafter, growth usually continues parallel to, but above, the 97th centile for a variable period before gradually falling towards or below this centile (figs 1 and 2) . Rarely, gigantic adult proportions may be attained but this group probably includes children with accelerated growth without advanced bone age and misdiagnosed cases. Typically, the head circumference, once perinatal moulding has settled, proceeds above the 98th centile3 (fig 3) . Japanese reviews have reported a high incidence of various congenital heart defects22 and urogenital anomalies. 22 23 These features appear rarely in western published reports, thus raising the possibility of a separate syndrome in the Japanese patients.
Investigations
RADIOLOGY
Radiological investigation of the head has shown that ventricular dilatation of varying degrees is present in 70% to 100% of cases.2 24 Contrary to early reports, cerebral atrophy is rare. Anthropometric studies of the skull have been reported in four cases and some measurements are abnormal, but the series is too small to determine significance. 25 The reported incidence of advanced bone age varies from 74%6 to 100%.2 This variability probably relates to the frequency, timing, and method of assessment. The figures could be falsely raised by ascertainment bias although 100% of cases probably do have an advanced bone age at some time. Often, bone age is described as dysharmonic, and Poznanski and Stephenson24 stress the diagnostic significance of the phalangeal age being in advance of the carpal age. However, others have reported the reverse situation2 11 or even harmonically advanced bone age.5 X rays of the hand can also be used to construct metacarpophalangeal profiles, which have been reported to produce specific patterns in Sotos syndrome. If confirmed, these patterns could beused as part ofmore objective diagnostic criteria. 26 Natural history Intellectual, behavioural, and coordination difficulties are very common and may seem to be more of a problem because of the child's size, but these features tend to improve with age.'8 The facial gestalt undoubtedly alters with age.7 Typically, the face becomes longer and thinner and the prognathism is more pronounced (fig 6) . At present, there are no frequent life threatening complications in Sotos syndrome. Occurrence of tumours is rare and one would predict a near normal life expectancy on the information currently available. Arab family with three affected subjects and postulated an autosomal recessive pattern of inheritance for Sotos syndrome. However, the phenotype in this family was atypical and these cases are now generally regarded as having a separate syndrome.
Conclusions
As no diagnostic test is currently available for Sotos syndrome, it can often be difficult to arrive at a certain diagnosis, especially in more mildly affected cases. The four major characteristics originally described by Sotos et al' are not specific to the syndrome. Recent reports suggest that the handicaps seen in Sotos syndrome are fewer than previously believed, and they do tend to improve with age. This tendency to 'normalisation' with increasing age makes identification of adults and possibly affected older relatives extremely difficult, which might explain the apparent rarity of affected relatives in an allegedly autosomal 'dominant' condition which has a near normal life expectancy. The variation in the observed phenotype and modes of inheritance suggests that the condition is likely to be heterogeneous in origin.
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